Therapy
She was treated with multiple blood transfusions, with antibiotics for the urinary infection, and with prednisolone beginning at 6o mg. daily. She was discharged on November I2, I968, with the diagnosis of acquired haemolytic anaemia with progressive thrombocytopenia.
Progress
On November i8 she was readmitted with further purpuric haemorrhages, abdominal pain, and vomiting. The pulse was I20/min., BP I30/80. Further investigations revealed Hb 52 g./IOO ml.; leucocytes 15,000; platelets 50,000; erythrocyte sedimentation rate 25 mm./ i hr; blood urea 85 mg./ I00 ml. After further transfusions the blood pressure rose transiently to 2I0/I00. She remained afebrile. On November 24 the BP rose transiently to 2I0/I20, and haematuria and melaena developed.
Termination
The patient was restless and complained of visual blurring; 2 days later she developed a left hemiplegia and became deeply comatose until her death on November 28, I968, only 3 months after the birth of her child.
Ophthalmic examination on November 26, I968 The visual acuity was unobtainable owing to the patient's drowsy state; the ocular movements were wandering and involuntary; the lids were oedematous; the pupillary reactions were normal and the media clear. The fundi (on mydriasis) were of good colour; the discs and posterior poles appeared normal and there was no evidence of anaemic or thrombocytopenic retinopathy; bilateral retinal detachment was present with ballooning forward of the retina in the left infero-nasal quadrant and the right infero-temporal quadrant; the retinal vessels appeared normal and there was no evidence of a retinal hole, tear, or dialysis. The patient was lying with her head turned to the right.
Post mortem examination
Traces of subarachnoid haemorrhage were present over the surfaces of the right cerebral hemisphere; scattered small haemorrhages were present in the white matter of the brain, especially in the left basal ganglia, pons, and the left occipital pole. There was a pericardial effusion; both lungs were moderately oedematous, and haemorrhages were present in the walls and mucosa of the alimentary tract and urinary bladder. The spleen was congested, and infarcted at one point. The cerebral, coronary, and other large arteries were healthy.
Microscopically, the capillaries, venules, and arterioles especially of the adrenal, myocardium, pancreas, liver, and kidney showed a striking occlusive slightly granular fibrinous material, but without inflammatory changes in the vessel walls.
The post mortem diagnosis was thrombotic thrombocytopenic purpura with terminal cerebral haemorrhages.
Ocular pathology Microscopic section of the eye showed the corneal epithelium to be loose, but Bowman's layer, the stroma, Descemet's membrane, and the filtration angle were within normal limits. There was a mild chronic inflammation in the iris, and the ciliary processes showed some sclerosis. The retina had undergone a shallow detachment (Fig. i) . The posterior choroid showed haemorrhagic effusions and some choroidal arteries had thickened walls. Posteriorly some choroidal vessels were obliterated completely or partially by a material which stained for fibrin (Figs 2 and 3, overleaf). This microangiopathy could not be demonstrated elsewhere in the globe. The retinal vessels and optic nerve appeared normal, and no significant change was found in the lens.
Discussion
The aetiology of the disease is not known: an autoimmune process is a possibility, but no specific immunoglobulins have ever been detected and the Coombs test is usually negative. Currently it is thought that the primary defect lies in the vascular endothelium, and is of (2) (Moschcowitz, 1925;  Casale, I965; Amorosi and Ultmann, I966). There is an absence of perivascular infiltration by inflammatory cells, but adjacent haemorrhages are common. The latter were seen in 8o per cent. of 39 post mortem examinations of the myocardium performed by Baroldi and Manion (i967), and are considered to be related to vascular damage rather than to thrombocytopenia (Singer, 1954) . Often the occlusion ofvessels is incomplete or transient, and sometimes endothelial proliferation may cover the thrombus, producing a crescent-shaped lumen (Symmers, 1952 )-In the case under discussion characteristic microangiopathic lesions staining heavily for fibrin were found in the choroid (Figs I, 2, and 3) , liver, kidney, myocardium, adrenal, and pancreas, though sections of the brain revealed only multiple haemorrhages. In Fig. 3 the appearance of fibrinous strands is well marked and it may also be noted that there is no perivascular infiltration by inflammatory cells.
The clinical ocular findings may be directly related to specific thrombotic lesions or may be symptomatic of the systemic disturbance. In the former group the following may occur: RETINAL D ETA C H MEN T The detachment in the case recorded (Fig. I) was undoubtedly exudative in origin, and was most probably directly related to choroidal pathology as when exudative detachment complicates pre-eclamptic toxaemia (Gitter, Houser, Sarin, and Justice, I968) or polyarteritis nodosa (Sampson, 1945) . This condition has not previously been recorded in this disease.
CHOROIDAL HAEMORRHAGE This was present microscopically in the eye sectioned adjacent to areas of microangiopathy (Fig. I) .
HOMONYMOUS HEMIANOPIA This is usually caused by lesions at the occipital poles of the hemisphere (O'Brien and Sibley, 1958, Case 9; Amorosi and Ultmann, 1966, Case 14) .
There was post mortem evidence that this may have occurred in the present case but at the time of the visual blurring it was unfortunately not possible to chart the visual fields. A feature of the cerebral microangiopathy is sometimes the absence of infarction so that the focal signs may be transient and transient hemianopias may result. In more severe cases encephalomalacia results, and in others there may be found petechial haemorrhages, usually in relation to areas of microangiopathy. In addition, some pathologists have reported the presence of cerebral oedema post mortem.
O'Brien and Sibley (I958) listed the common neurological presentations of the disease as convulsions, aphasia, cortical blindness, and an organic mental syndrome. DIPLOPIA There may be involvement of any cranial nerve in Moschcowitz's disease, and sometimes the resulting symptoms and signs are transient. Of the seven patients described by Vassar and Spain (1953) , there were three who complained of diplopia, another with an absent corneal reflex due to anaesthesia of the left side of the face, and one with right facial weakness.
ANISOCORIA An enlarged pupil on one side was found in three of the eleven patients described by O'Brien and Sibley (1958) . Two patients also complained of diplopia, so that a partial palsy of the IIIrd cranial nerve is a possible explanation. Anisocoria could also be caused by progressive cerebral oedema, and there is a good description of Hutchinson's pupil in one of the cases reported by Symmers (1952) .
PAPILLOEDEMA Reports in the literature are sometimes not well documented with respect to aetiology. However, papilloedema has been reported in at least one normotensive patient by O'Brien and Sibley (I 958); the patient was also suffering from headaches, nausea, and mental confusion.
RETINAL HAEMORRHAGE This was recorded in about 2o per cent. of the 271 patients reviewed by Amorosi and Ultmann (i 966); but in the absence of specific microangiopathy the cause in many cases is probably associated with renal failure. However, Moorhead (I966) raised the possibility of retinal microangiopathy in a patient with perivenous retinal haemorrhages and quoted Schaeffer and Collings (i960) as having noticed in their case sludging in the retinal arterioles.
Eye signs that are symptomatic of the accompanying renal failure, thrombocytopenia, or haemolytic anaemia, include retinal haemorrhage (Brain and others, I967: Case 7), papilloedema (Dunea, Muehrcke, Nakamoto, and Schwartz, I966: Case i), hypertensive retinopathy (Dacie, I967: Case 32, and others), purpura or oedema of the lids, chemosis and subconjunctival haemorrhage (O'Brien and Sibley, I958: Case 2; Krentz and Ober, I967), and scleral icterus.
Vegetations on the heart valves occasionally occur. These were recorded in Io per cent. of the I57 cases reviewed by Casale (i965) ; an embolus may then be the cause of retinal vascular insufficiency as in the case described by Cahalane and Horn (I959). 
